A 64-year-old woman was referred to another hospital for syncope, and chest enhanced computed tomography revealed bilateral masses occupying the entire lumen of the bilateral pulmonary arteries as well as a small pulmonary nodule in the right middle lobe ([Picture 1](#g001){ref-type="fig"}). She was initially diagnosed with a pulmonary thromboembolism and treated with a thrombolytic agent. However, she showed no response and was transferred to our hospital. Surgical biopsies of the intravascular tumor and small lung nodule demonstrated atypical and pleomorphic spindle tumor cells that were immunoreactive to murine double minute (MDM) 2 and α-smooth muscle action (SMA) proliferating in fascicles with a myxoid stroma ([Picture 2](#g002){ref-type="fig"}). Thereafter, she was diagnosed with pulmonary artery intimal sarcoma (PAIS). Ten months later, she died of PAIS. PAIS is extremely rare, and only a few hundred cases have been reported since the first report in 1923 ([@B1]). Physicians should therefore include this in the differential diagnosis of pulmonary thromboembolism.
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